Spiegler-Fendt sarcoid/lymphocytoma cutis, presenting as an asymptomatic, slowly progressive, erythematous macule of the size of a guinea over the left cheek, is presented in a 7-year-old girl, the diagnosis of which was complimented by lymphocytic exocytosis with spongiosis of the epidermis. Immunohistochemistry revealed wide-ranging T-cell variations, which was more positive for T-cell markers, CD3, of which predominance of CD4 subset was seen, emphasizing its role as a diagnostic tool.
Introduction
Spiegler-Fendt sarcoid [1] is a fascinating caption, recognized as one of the extraordinary cutaneous, inflammatory clinical variants of sarcoidosis, [2] characterized by a moderate-to-severe infiltration of lymphocytes in the dermis, simulating cutaneous lymphomas. [3] Lymphocytoma cutis [4] (LC) is its other nomenclature. The entity has thus far been sparingly reported. [5] Hence, it was thought worthwhile to report the same, focusing attention, in particular, to its diagnostic clinical criteria, supported by histopathology, immunohistochemistry (IHC)-prevalent nomenclature, and its differential diagnosis.
Case Report
A 7-year-old girl was brought to the "outpatient clinic" with slowly progressive bizarre red eruption affecting the left cheek for 3 years. It had a spontaneous onset, without any apparent history of trauma, insect bites, or scabies. Examination of the skin surface revealed an erythematous macule of the size of a guinea, the British coin measuring 16.0 mm. The border of the lesion was serrated, with ill-defined edges [ Figure 1 ]. Apple-jelly nodules could not be elicited on diascopy. Radiograph of the chest (anteroposterior) was normal and did not reveal any hilar lymphadenopathy. Mantoux tuberculin skin test was negative. Hemogram was within normal limits.
Hematoxylin and eosin (H and E)-stained section(s)
prepared from skin biopsy from the left cheek depicted lymphocytic exocytosis with spongiosis of the epidermis. The dermis showed dense infiltration, perifollicular lymphoplasmacytic infiltrate with histiocytes. Folliculotropism was also seen. No granuloma or parasite was identified in the sections examined. Aggregation of lymphocytes at the peripheral as well as interspersed lymphocytes was a peculiar feature [ Figure 2a -d].
Physiologic factor analysis (PFA) and IHC undertaken on a fresh (exclusive) skin biopsy were found to be more positive for T-cell markers CD3, more of CD4 subset were seen. CD marker -CD20 was significant, but less in number. CD marker -CD3 dominance was another feature in the case.
Treatment
A complete regression of lesion was experienced, following administration of hydroxychloroquine sulfate 100 mg twice a day in 10 days.
Discussion
Spiegler-Fendt sarcoid, [1] also known as LC, [2] is an inflammatory disorder of sarcoidosis, [3] characterized by a moderate-to-severe infiltration of lymphocytes in the dermis, simulating cutaneous lymphomas. [4] LC [1, 6] has a peculiar cutaneous presentation(s) identified by soft and doughy or firm nodules, of skin color, reddish-brown, or reddish-purple. Occasionally, the nodule has a scale or crust on top. They are neither itchy nor sore and are likely to occur on an exposed area, such as the face.
Spiegler-Fendt sarcoid is an intriguing entity; the evolving nomenclature of which is fascinating, for it may explain its clinicopathological spectrum. The condition has been identified by interchangeable names; cutaneous lymphoid hyperplasia, [7] borrelial lymphocytoma, [8] lymphadenosis benigna cutis, [9] [10] [11] LC/pseudolymphoma, [12, 13] pseudolymphoma of Spiegler-Fendt/sarcoidosis of Spiegler and Fendt, Spiegler-Fendt lymphoid hyperplasia, and Spiegler-Fendt sarcoid. [2] Their clinical connotation, related features, and IHC are portrayed in Tables 1 and 2 .
Several factors [22] such as insect bites, scabies, stings and spider bites, vaccinations, desensitization injections, trauma, acupuncture, gold earring piercing, infections with Borrelia burgdorferi (lyme disease), [23] Varicella zoster (chickenpox), and human immunodeficiency virus have been incriminated, warranting elucidation of history to establish its triggering or precipitating factor(s).
Its diagnosis is suggested by the clinical behavior of the lesion, characterized by small solitary lesion.
H and E-stained section(s) prepared from the skin biopsy is mandatory, wherein moderate-to-severe infiltration of lymphocytes in the dermis is a feature, which might be a pointer to its diagnosis. Furthermore, it is imperative to undertake an IHC (panel) to define and identify a mixture of T-cells (thymus cells) and B-cells (bone marrow or bursa-derived cells), [24] the major cellular components of the adaptive immune response. The demonstration of aforementioned cells is paramount to arrive at and supplement its tangible diagnosis and to determine the benign nature of Spiegler-Fendt sarcoid.
Furthermore, a few conditions such as Jessner's lymphocytic infiltrate of the skin, [25, 26] lupus érythémateux tumidus, [15] [16] [17] and plaque-type polymorphous light eruption [19, 20] are required to be considered in differential diagnosis, the salient clinical connotation, related features, and speculated IHC [14, 18, 21, 27, 28] are depicted in Table 1 . 
Clinical connotation Related features Immunohistochemistry
Cutaneous lymphoid hyperplasia [7] /borrelial lymphocytoma [8] / Spiegler-Fendt sarcoid [1, 9] / lymphadenosis benign cutis [10, 11] /lymphocytoma cutis/pseudolymphoma [12, 13] Presence of epidermotropic CD20 (+) and/or CD79a (+) cells in the upper dermal lymphocytic infiltrates [14] CD3 (+)/CD79a (+) cell ratio ranges from 5:5 to 8:2* CD4 (+)/CD8 (+) cell ratio within normal limits* PFA and IHC were intriguing in the current case, because of the wide-ranging pattern of T-cells, which are at variance with those reported [14, 28] earlier, warranting perspective studies on the subject recognized by interchangeable names/nomenclature.
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Clinical connotation Related features Immunohistochemistry
Lupus érythémateux tumidus [15] [16] [17] / cutaneous lupus erythematosus/tumid lupus erythematosus/ LET Photosensitive self-limiting skin disorder characterized by edematous urticaria-like, annular papules and plaques, affecting sun-exposed areas Direct immunofluorescence, immunoreactants, and low-titer antinuclear antibodies, predominance of pan-T-cell marker CD3-expressing T-lymphocytes.
Most may be CD4-expressing helper T-cells; a minority of CD8-expressing cytotoxic T-cells. CD4:CD8 ratio: 3.1 (±1.3):1 [18] Plaque-type PLE [19, 20] Small papules coalesce to form an eczematous type and large papule may produce plaques or assume an annular configuration. Papulo-vesicles, erythema, and multiforme-like lesions are most common H and E-stained sections show primarily a superficial and deep perivascular lymphocytic infiltrate, and papillary dermal edema, intermixed with eosinophils, neutrophils, and histiocytes. The epidermis is either normal or depicting spongiosis and acanthosis. Exocytosis of lymphocytes may be a feature in addition to interface dermatitis and associated apoptotic keratinocytes
Reduced expression of TNF-alpha, IL-4, and IL-10 in the UV-B-irradiated skin of PLE appears largely attributable to a lack of neutrophils, and is indicative of reduced Langerhans' cell migration and reduced T(H) 2 skewing. An impairment of these mechanisms underlying UV-B-induced immunosuppression may be important in the pathogenesis of PLE [21] LET -Lupus erythematosus tumidus; H and E -Hematoxylin and eosin; TNF -Tumor necrosis factor; IL -Interleukin; PLE -Polymorphous light eruption; UV-B -Ultraviolet-B
